The pathogenesis and therapy of respiratory failure in the rigid spine syndrome are discussed in two cases who improved with respiratory assistance. In both cases, the partial pressures of oxygen and carbon dioxide were reversed in arterial blood (Fig 1 a,b 
and %VC was less than 30%. Remission from respiratory failure has been obtained by the use of a ventilator during the night. The cause of the respiratory failure in both cases was severe restrictive respiratory dysfunction due to extreme flattening of the chest and fixation of the thorax during respiration as a result of contracture of costovertebral joints. All (Fig 1 a,b group The rigid spine syndrome is thought of as a benign disorder because progression is very slow and atrophy is limited in its distribution. In our two cases no progression of muscular weakness or contracture of joints appeared after using a ventilator for five years in case 1 and two years in case 2. The nocturnal ventilation is a good method for protecting the patient from respiratory failure, and improving the quality of life.
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